REPLY
We would like to add our experience with three anaesthetics involving two children with the PraderWilli syndrome.
The first was a six-year-old mate child who underwent an uneventful nitrous oxide-oxygenhalothane anaesthetic, following an oral intubation using intravenous succinylcholine, for repair of bilateral undescended testes.
The second child was a three-year-old male scheduled for bilateral orchiopexy. Following an inhalation induction with nitrous oxide-oxygenhalothane, he was reportedly a difficult intubation, with the use of intravenous succinylcholine, He was then maintained on nitrous oxide-oxygen-halothane and curare for relaxation. His initial rectal temperature was 98.6 ~ F but increased to 101.8 ~ F after 45 minutes. An arterial blood gas revealed respiratory acidosis. The patient was actively cooled and the case was immediately terminated. No dantrolene sodium was given. The neuromuscular blockade was reversed using atropine and neostigmine, without difficulty. The postoperative temperature remained below 100 ~ F. The CPK rose to 240 (normal 8-132) eight hours following anaesthesia.
When the patient was anaesthetized by us for repair of the other undescended testis, pentothal induction was followed by use of pancuronium for intubation. We found no anatomical problems with the airway and our intubation was not difficult. Nitrous oxide, oxygen and fentanyl were used for maintenance for the one hour and forty-five minute procedure. The rectal temperature remained 98.6 ~ F throughout the procedure and the postoperative period. The neuromuscular blockade was reversed using atropine and neostigmine.
We report these two children and three anaesthetic experiences since we believe that as experience is gained and our understanding increases with anaesthetizing children with the Prader-Willi syndrome: (1) Although Palmer and Atlee 2 suggest that problems may occur with the use of non-depolarizing relaxants, a narcotic-relaxant technique can be utilized safely; (2) despite the presence of hypoionia, neuromuscular blockade with good reversal is possible; (3) if the intraoperative temperature acutely rises, steps must be taken to avert a malignant hyperthermic reaction; and (4) thought should be given as to whether muscle biopsies should be done to help define those patienls at risk for malignant hyperthermia. James F. Mayhew MD Bruce Taylor MD Department of Anesthesiology The University of Texas Health Science Center at Houston
